SUMMARY A bizarre syndrome has hitherto masqueraded as leprechaunism, and although it is a quite different disorder it has been used as the prototype Subsequently, further cases were described and the features of leprechaunism comprise3-7:
The pathogenesis and aetiology of the Patterson syndrome are unknown, although quantitative and qualitative abnormalities of mucopolysaccharide excretion were found in the second case.
The condition now known as leprechaunism, or the Donohue syndrome, has had a chequered history. It was first described as dysendocrinism by Donohue in 1948.1 Later Donohue and Uchida2 reported two sisters under the term leprechaunism. The patients were the product of a consanguineous marriage. The children's growth appeared to have halted at about the 7th month of pregnancy, and both had a very low birthweight.2 The elfin-like facies suggested the name leprechaunism.
Subsequently, further cases were described and the features of leprechaunism comprise3-7:
(1) Prenatal growth retardation, lack of adipose tissue, and low birthweight. (2) Abnormal facies with 'elfin' appearance, prominent eyes, wide nostrils, thick lips, and large ears. (6) Hirsutism, body and facial. There is a severe disorder of endochondral ossification affecting both metaphyses and epiphyses. Periosteal ossification and ossification in membrane bones, though much less severely affected, are also abnormal. The skeletal maturation is profoundly retarded and at 12 years of age is hardly more than that of a fetus of 36 weeks' gestation. The long bones are all affected identically, with deformity of the metaphyses and ends of the diaphyses (fig 3) . Similar changes are present in the hands (fig 4) and feet. The ribs, clavicles, and scapulae are markedly deformed. There is thickening of the cranial vault and the base of the skull, with a large defect in the occipital bone. The maxilla and ethmoid bones are thickened and the mandibular condyles are thickened and deformed.
All the vertebral bodies are deformed, with irregular and dense end plates. The cervical vertebrae are small and flattened and the thoracic and lumbar vertebrae are ovoid. The odontoid process is deficient and the atlas is displaced forwards. There is a severe kyphoscoliosis.
The hips show a combination of progressive deformity and failure of ossification of the pubic bones, the ischia, the triradiate cartilages, and the margins of the defective sacroiliac joints. There are also rounded defects in the ischia. The acetabulae are deep with flattened irregular roofs ( fig 5) . FIG 5 Anteroposterior radiograph of the hips and pelvis at 7j years of age.
Radiological abnormalities were first noted in infancy, but have gradually increased. DERMATOGLYPHS These were abnormal. The total ridge count was 68. There was a marked appearance of dotted ridges on the palms, and both t triradii were distally displaced (atd angles: left, 53; right, 58). A rare type of vestigial pattern was present on both thenar areas.
Investigations
Chromosomes, routine haematological and biochemical investigations, and white cell enzymes were normal. There was a bizarre abnormal urinary glycosaminoglycan excretion pattern.
The serum testosterone was less than 0 6 nmol/l (normal), dehydroepiandrosterone 17 nmol/l (normal 2 6 to 6 3), and androstenedione 10 nmol/l (normal 0 7 to 1 6). The urinary excretion of cortisol derivatives, cortisol precursors, and adrenal androgens was normal.
Discussion COMPARISON OF THE TWO CASES
The present case has outlived the previous case by 5 years, and with the progressive nature of the skeletal dysplasia her bony and skeletal deformities have come to dominate the clinical picture.
The cutis laxa, hyperpigmentation, hirsutism, and bodily disproportion are identical in the two cases. Both cases were severely retarded, with epilepsy as an extra feature in the second case.
As far as one can tell from the published radiographs, the features of skeletal dysplasia are almost identical. Dermatoglyphic features are not mentioned in Patterson's case, so comparison is not possible.
The principle difference between the two cases is the nature of the endocrine dysfunction, a prominent feature of Patterson's case with hyperadrenocorticism, cushingoid features, and diabetes mellitus. In the second case the endocrine changes were confined to a premature adrenarche with raised dehydroepiandrosterone and androstenedione levels.
NATURE OF THE DISORDER
At present the nature of the disorder is unknown, as is its aetiology. The urinary glycosaminoglycan excretion was abnormal both quantitatively and qualitatively (Dr C A Pennock), but the findings do not fit the pattern of any of the known mucopolysaccharidoses and are difficult to assess. Patterson's patient was said to have had normal urinary mucopolysaccharides.
DIFFERENTIAL DIAGNOSIS
The radiological appearances on their own are very distinctive and are unlikely to be confused with any other bone dysplasia. While there are superficial resemblances to polyostotic fibrous dysplasia, hypophosphatasia, and certain types of metaphyseal chondrodysplasia,18-20 the overall picture and natural history of the condition are very different and no difficulty in differential diagnosis should arise.
Not enough is yet known about the Patterson syndrome to list fully the features that clearly distinguish it from leprechaunism, but important distinguishing features of the Patterson syndrome include (1) normal birthweight, (2) bronzed hyperpigmentation, (3) gross cutis laxa of the hands and feet, (4) a unique facial appearance, (5) hirsutism on the limbs, (6) bodily disproportion, (7) bony deformities with a generalised skeletal dysplasia, and (8) survival well beyond infancy.
Dallaire in 196921 reported a case initially thought to have the same disorder as Patterson's case,9 but later recognised22 as a separate entity which was described as "a syndrome of generalised elastic fiber deficiency with leprechaunoid features". Again, there should be no diagnostic confusion with the Patterson syndrome here, the clinical and radiological features being quite different.
In 1977 a unique chondrodysplasia was reported23 with some superficial resemblance to the Patterson syndrome, but again both the clinical and radiological features are quite different and there should be no difficulty distinguishing this from the Patterson syndrome.
NOSOLOGY
Our study of a patient who clearly has the same condition as Patterson's patient indicates that this is a quite distinct entity. This was first pointed out to us by Professor Spranger, who later referred to the condition as 'pseudoleprechaunism'.24 As has become evident, the terms leprechaunism, leprechaunoid disorder, and pseudoleprechaunism have done little to clarify a complex situation, and we prefer to designate the condition 'the Patterson syndrome'.
We are indebted to Professor J Spranger for making the diagnosis in the present case, and to Dr C A Pennock for his extensive biochemical investigations. Mrs C Webb very kindly typed the manuscript. 
